SUMMARY A 23 year old woman presented with facial pain, a right parotid tumour and iron deficiency anaemia. She had several cutaneous venous swellings and tumours with a similar appearance were found in the large bowel. Histological examination of the parotid tumour and angiography of the skin and gut lesions confirmed that they were venous in origin. The aetiology, classification, and complications of disorders of the venous system and the importance of using a tourniquet to examine the peripheral veins is discussed.
1981, she went to see her dentist because of a painful lump on the right side of her face. The right parotid gland was intermittently swollen and tender, and a presumptive diagnosis was made of parotid duct obstruction caused by calculus. Sialography confirmed the presence of a stone but surprisingly it lay outside the duct. Subsequent surgical exploration of the gland revealed a plexus of veins containing three stones. This region was excised, and histological examination showed a vascular anomaly of angiomatous type in which thrombus had become organised into phleboliths (Fig. 1) .
She was referred for a medical opinion and was found to be anaemic (Hb 8.7 g/dl). She denied any blood in her stools, haematemesis, or melaena. Her periods were regular but heavy. There was no history of excessive bleeding or bruising. She had stopped taking the iron tablets prescribed by her doctor after only a few months. Her father had died aged 53 years from a brain haemorrhage, and she has a sister with epilepsy. Careful examination of her skin revealed an irregular venous varicosity, 1-5 cm in diameter, on the dorsum of the left hand (Fig. 2) . Smaller similar lesions were found on the tongue (Fig. 3) , soft palate (Fig. 4) , and labia. When a tourniquet was applied to each forearm, multiple globular venous swellings became visible on the skin surface and the varicosity on her hand became much more prominent. A port wine stain was found on the nape of her neck (Fig. 5) .
The blood film showed a microcytic hypochromic picture, and three specimens of faeces were positive for occult blood. A barium enema showed two small polyps, one at the splenic flexure (Fig. 6) , and the other just proximal to the hepatic flexure. At colonoscopy two vascular polyps were seen, each 1 cm in diameter, the first in the rectum, and the second at the splenic flexure. There were three other tiny _Li.
- Fig. 3 The undersurface ofthe tongue. similar lesions in the descending colon. Initially the proximal half of the transverse colon and the ascending colon were not visualised because the patient complained of pain. At a subsequent examination, however, the tumour at the hepatic flexure was seen. The lesions were not biopsied because of their very vascular appearance and thus the fear of serious haemorrhage. At gastroscopy, the stomach and duodenum were normal. Plain radiographs revealed phleboliths on both sides of the face, in the neck, and the lung apices (Fig. 7) . Arteriography with selective injection of the mesenteric vessels showed a collection of venous spaces in the region of the hepatic flexure (Fig. 8) . In view of the family history of brain haemorrhage, cerebral arteriography was undertaken to exclude an intracranial vascular anomaly, but none was seen. Venography of the forearm vessels showed widespread tiny venous aneurysms, and a larger plexiform lesion (Fig. 9 ) which corresponded to the venous swelling seen on the skin.
She was transfused with blood but she also required oral iron supplements because of continued occult bleeding from the bowel. Apart from occasional pain and swelling over the right cheek she remained well for almost three years. She then passed three melaena stools and the haemoglobin fell to 6-1 g/dl. We referred her to Dr N Krasner, Walton Hospital, Liverpool, for laser treatment of the colonic tumours. This was started in July 1987 after blood transfusion and her haemoglobin is now stable.
Discussion
Blue rubber bleb naevus disease is an uncommon condition in which haemangiomas in the skin are associated with intestinal haemorrhage from similar lesions in the gut.' It was probably first reported by Gascoyen2 in 1860. He described a man who pre- sented with a congenital tumour of the parotid, and who died from suffocation after gross enlargement of the tumour. At necropsy there were cutaneous naevi distributed widely over the skin surface, with similar 1 This may be because of the contraction of smooth muscle fibres surrounding the vascular tumours." Excessive sweating from overlying skin has been accounted for by the close anatomical association between naevi and sweat glands.`Our patient has not noticed local sweating, but did experience pain over the facial swelling. This may have been because of stretching of the capsule of the parotid gland rather than having arisen directly from the angioma.
Thrombosis and secondary calcification may occur within the naevi. In our patient we found thrombosis and phlebolith formation in the parotid tumour and calcification on the chest film. Because the vascular polyps seen through the colonoscope did not fill with contrast during angiography we think that they also may have thrombosed. An association with pulmonary hypertension has been suggested,'`possibly arising through in situ thrombosis and obliteration of the pulmonary vascular bed. A further potential problem is platelet consumption which has been described in association with single large cavernous haemangiomas. 14 Blue rubber bleb naevus disease has been seen in successive generations,'`and an autosomal dominant mode of inheritance postulated.`'1" We can find no evidence of the condition in the first degree relatives of our patient. Her father died of a brain haemorrhage but he did not have skin lesions, and we think it unlikely that he had blue rubber bleb naevus disease. The commonest mode of presentation is with gastrointestinal tract bleeding from vascular tumours in the large4' and small bowel.'6 6`The skin lesions are usually obvious, although in our patient the smaller ones were visible only after the application of a tourniquet.
In view of the appearance of the cutaneous lesions and the pattern of organ involvement we think that our patient has blue rubber bleb naevus disease. She does not have the telangiectasia on the face, lips, and nails characteristic of hereditary haemorrhagic telangiectasia. Although she has a port wine stain on her neck, there is no underlying intracranial haemangioma such as one might expect if she had either Sturge-Weber'8 or Von-Hippel Lindau disease. '9 We felt that as we had the histology of the parotid gland, further biopsies of either the skin or the bowel lesions were unnecessary and possibly hazardous. We considered detailed radiological investigation to be essential, however, to determine the morphological site and anatomical distribution of the abnormalities. We were particularly concerned about the possibility of an intracranial lesion. This may have required treatment, and would have prompted counselling with regard to the risk of bleeding in future pregnancy.
Selective mesenteric angiography revealed a collection of venous spaces at the hepatic flexure. The other polyps in the colon were not seen possibly because of in situ thrombosis. The angiographic appearance of the cutaneous lesions in blue rubber bleb naevus disease has not, so far as we are aware, been previously documented. We have demonstrated venous varicosities in the forearms which corresponded to the observed skin lesions, and we therefore think that blue rubber bleb naevus disease should be regarded as a disorder of the venous system.
The problem of classifying venous disorders has been approached in different ways. Lea Thomas and Andress`' divided venous dysplasias of the limbs into two groups on the basis of their angiographic appearances: phlebectasia, in which the principal abnormality is dilated venous trunks, and venous angiomas, which consist largely of cavernous spaces. Malan and PuglionisiP' adopted an embryological approach and defined four categories; phlebectasia, phlebangioma, phlebangiomatosis, and combinations of the three further divided for site and extent. The lesions of blue rubber bleb naevus disease 
